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6iri700/0I ONMJ^S 
SaSVHSia NOIXDHdNI QHATOANI 

SI snonpM HDiHM MI SHSVHSia xsMivov SIXv^AHc^o>^d[ 

HO AdVHHHx ^a asn sxi qnv 'NOixDnaoHd 
XN[v^aawoDara sxi 'as:5sM3nM ^^^I'WHP^IVI^[ v ^aqxix . 
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6IZ:'l700/0l ON FfJ^S 
SHSVaSia NOliDStlMI ho aHAlOAlSlI 

SI snoapM HDiHAv m sasvasia isNivov sixytahjohj 

HO AdVHHHX NI HSR SXI QMV 'MOIXDnaOHd 
XMVNIfllAIODaH SIX '^TRV-lsJT:7)nm MVI-WWIAI^^ V :HTXIX 
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.,11B_)3 S1J3V : JO)UQAUJ 

SHSVHSia NOIXDSdNI HO QaAaOAHI 

SI saonpv hoihm m sasvasia xsnivov sixvaAHdOHd 
HO AdVHaHx MI asa s xi qmv 'MoiioaaoHd 
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pH2 pH7 



h-chitotriosidase 


0% 


100% 


m-AMCase 


108% 


98% 



TCA(%) 0.5 1.25 2.5 5.0 



h-chltotriosidase 58% 74% 97% 100% 

m-AMCase o% 8% 74% 100% 
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Relative intensity (%) 
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whole braiD 
hearl 
aorta 
skeletal muscle 
colon 
bladder 
uterus 
prostate 
stomach 
testis 
ovary 
pancreas 

pituitary gland 

adrenal gland 

thyroid gland 

salivary gland 
mammary gland 
kidney 
liver 

small intestine 
spleen 
thymus 
peripheral leukocyte 
lymph node 
bone marrow 
appendix 

lung P 

trachea 
placenta 
fetal lung 1 
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Figure 7 
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Figure 8. From top to bottom: amino acid sequence (m) AMCase (SEQ ID NOi9), (H) AMCase 
(SEQ ID NO: 14) and (h) chitotriosidase (SEQ ID NO: 10). Residues conserved among at least ' 
two out of the three sequences are in bold. 

YNLICYFTNWAQYRPGLGSFKPDDINPCLCTHLIYAFAGMONN 43 
YQLTCYFTNWAQYRPGLGRFMPDNIDPCLCTHLIYAFAGRONN 43 
AKLVCYFTNWAQYRQGEARFLPKDLDPSLCTHHYAFAGMTNH 43 



44 EITTIEWNDVTLYKAFNDLKNRNSKLKTLLAIGGWNFGTAPF 85 
44 EITTIEWNDVTLYQAFNGLKNKNSQLKTLLAIGGWNFGTAPF 85 
44 QLSTTEWNDETLYQEFNGLKKMNPKLKTLLAIGGWNFGTQKF 85 

86 TTMVSTSQNRQTFITSVIKFLRQYGFDGLDLDWEYPGSRGSPP128 
86 TAMVSTPENRQTFITSVIKFLRQYEFDGLDFDWEYPGSRGSPP 128 
86 TDMVATANNRQTFVNSAIRFLRKYSFDGLDLDWEYPGSQGSPA 128 

129QDKHLFTVLVKEMREAFEQEAIESNRPRLMVTAAVAGGISNIO 171 
129QDKHLFTVLVQEMREAFEQEAKQINKPRLMVTAAVAAGISNIO 171 
129VDKERFTTLVQDLANAFQQEAQTSGKERLLLSAAVPAGQTYVD 171 

172 AGYEIPELSKYLDFIHVMTYDLHGSWEGYTGENSPLYKYPTE 213 
172 SGYEIPQLSQYLDYIHVMTYDLHGSWEGYTGENSPLYKYPTD 213 
172 AGYEVDKIAQNLDFVNLMAYDFHGSWEKVTGHNSPLYKRQEE 213 

214 TGSNAYLNVDYVMNYWKNNGAPAEKLIVGFPEYGHTFILRNPS 256 
214 TGSNAYLNVDYVMNYWKDNGAPAEKLIVGFPTYGHNFILSNPS 256 
214 SGAAASLNVDAAVQQWLQKGTPASKLILGMPTYGRSFTLASSS 256 

257 DNGIGAPTSGDGPAGAYTRQAGFWAYYEICTFLRSGATEVWDA 299 
257 NTGIGAPTSGAGPAGPYAKESGIWAYYEICTFLKNGATOGWDA 299 
257 DTRVGAPATGSGTPGPFTKEGGMLAYYEVCSW - -KGATKQRIQ 297 

300SQEVPYAYKANEWLGYDNIKSFSVKAQWLKQNNFGGAMIWAID342 
300PQEVPYAYQGNVWVGYDNIKSFDIKAQWLKHNKFGGAMVWAIDD342 
300QVPYIFRDNQWVGFDDVESFKTKVSYLKQKGLGGAMVWALD 340 



385 
386 



343 LDDrTGSFCDQGKFPLTSTLNKALGISTEGCTAPDVPSEPVTT 
343 LDDFTGTFCNQGKFPLISTLKKALGLQSASCTAPAQPIEPITAA 38 
341 LDDFAGFSCNQGRYPLIQTLRQELSLPYLPSGTPEL-EVPKPGQ 383 

386 - - PPGSGSGGGSSGGSSGGSGFCADKADGLYPVADDRNAFWOC 426 

387 PSGSGNGSGSSSSGGSSGGSGFCAVRANGLYPVANNRNAFWHC429 
384 PS EPEHGPSPG'QDTFCQGKADGLYPNPRERSSFYSC 419 



INGITYQQHCQAGLVFDTSCNCCNWP 452 
VNGVTYQQNCQAGLVFDTSCDCCNWA 455 
AAGRLFQQSCPTGLVFSNSCKCCTWN445 



